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Fig 3 Showing gangrene oftoes andpart ofleftfoot
1-3). There was severe limitation of movement of ankle-joints. Liver and spleen were not enlarged and there was no peripheral neuropathy. Investigations: Slight increase in immunoglobulins, with increase in IgG and normal IgA and IgM. Biopsy showed thinning and atrophy of the epidermis. Progress: Amputation of the left foot and, more recently, amputation of the toes of the right foot have been carried out.
Comment
At present it is difficult to classify this patient. We thought she might have Werner's syndrome, but she is too tall, she does not have grey hair or cataracts, and onset was earlier than usual in that syndrome (Epstein et al. 1966) . In favour of the diagnosis were the pseudosclerodermatous appearance of the skin, diabetes mellitus and the chronic history ofleg ulceration.
Acrogeria (Gottron 1941) is more probable, but her trunk is as severely affected as her limbs. Individuals with this syndrome are not as severely affected as those with progeria, but the onset is well before that of Werner's syndrome. Clearly there must be some overlap in clinical features of these syndromes.
Of the various types of lipodystrophy none appears similar to this patient, where the loss of subcutaneous fat is so general and symmetrical.
Patients with the syndromes of Rothmund and Thomson have telangiectasia, but do not show the other features observed in this patient. Three patients with a similar clinical picture are currently being investigated at Guy's Hospital. Unfortunately, pedigree studies have been noncontributory, but it is likely that the disorder is inherited as an autosomal recessive trait. Bullous Ichthyosiform Erythroderma R S Wells MD FRCPEd (Guy's Hospital, London SEJ) C B, girl aged 5 History: It is likely that this child's skin was abnormal at birth. The ichthyosis improved in the first year of life, but she subsequently developed bulle affecting most areas. The ichthyosis shows periodicity, becoming thicker over a period of a few weeks and then shedding scales ('moulting') extensively. The bulle have often been secondarily infected. Family history: She is the sixth of seven children and the parents both derive from Jamaica. There is no family history of ichthyosis. Personal history: Apart from the very dry skin she has made normal progress. Unfortunately her parents confine her to the home, fearing she may be ridiculed by other children. (Fig 1) . Some of the blister roofs had been removed, leaving a red, raw surface. All the skin was abnormal.
During the first few years of life it may be difficult to distinguish nonbullous from bullous ichthyosiform erythroderma. However, the histological changes in the latter are diagnostic, with vacuolation and cavitation in the upper layer of the epidermis, and the disorder is sometimes referred to as epidermolytic hyperkeratosis. Once blisters have developed there is usually no diagnostic difficulty, but they may be a minor feature of the disorder and not noticed by the patient. The hyperkeratotic lesions in the flexures often have a characteristically moist, rather yellow appearance. Bullous ichthyosiform erythroderma is inherited as an autosomal dominant trait and so she may have been the recipient of a new abnormal mutation.
The following cases were also presented: 
